Primary adrenal T-cell lymphoma in a young adult presented with pseudo-hypopyon: a case report and literature review TO THE EDITOR: A 26-year-old Indian man presented with weight loss for 6 months and blurred vision on his right eye for 2 weeks. He seemed to be pale, but had no lymphadenopathy or hepatosplenomegaly. Initial complete blood count showed a hemoglobin level of 10.7 g/dL, white blood cell count of 1. [4] Pimentel et al. [7] May et al. [8] Sfaxi et al. [9] Age veal any FDG avid intra-ocular/intra-orbital lesions. However, there were FDG avid soft tissue masses in both the adrenal glands (4.8×9.3×6.2 cm lesion with maximum standardized uptake value (SUVmax) of 22.7 in the right adrenal gland and 4.6×9.2×5.9 cm lesion with SUVmax of 17.6 in the left adrenal) suggesting a lymphomatous pathology (Fig. 1) . CT guided fine needle aspiration from the adrenal glands revealed the infiltration of atypical lymphoid cells, which were CD3 positive and CD20 negative by immunocytochemistry. Bone marrow aspiration showed increased number (about 83%) of 15-20 μm sized atypical lymphocytes (Fig. 1) . In flowcytometric analysis, these cells showed expression of CD45, CD2, CD3, and CD8, whereas no expression of CD1a, CD4, CD5, CD7, CD34, CD16, CD56, CD57, TCRαβ and TCRγδ. These lymphoid cells had clear cytoplasm, imparting a 'fried-egg' pattern of arrangement in bone marrow biopsy. On immunohistochemistry (IHC), these lymphoid cells were positive for CD8 and negative for CD3, CD5, CD4, and CD56. Negative staining for CD34 by IHC highlighted vascular proliferation and intra-sinusoidal infiltration (Fig. 1) . The patient was diagnosed with CD8-positive extranodal T-cell lymphoma, but the patient died on 2 days of admission, prior to initiating therapy.
Primary adrenal lymphoma (PAL) is a rare and aggressive malignancy and involves bilateral adrenals in 60-75% of cases [1, 2] . The most common PALs are diffuse large B-cell lymphomas (-80%), followed by peripheral T cell lymphoma (7%) [2] [3] [4] . Since the majority of intraocular lymphomas (IOL) are of B-cell origin, T-cell type IOLs are very rare and often secondary to cutaneous or adult T-cell lymphoma [5] . Except for a single case report showing choroidal involvement, intraocular metastasis by PAL is extremely rare [6] .
To the best to our knowledge, only 4 cases of T-cell type PAL have been reported in literature, but none of the cases had bone marrow involvement (Table 1) [4, [7] [8] [9] . The median age at diagnosis was 40 years (range, 31-70 yrs). The most common presentation is weight loss and most of the cases have poor outcome in spite of intensive chemotherapy.
In conclusion, we describe the first case of primary adrenal T-cell lymphoma with ocular and bone marrow metastasis in a young adult. In the absence of clinical evidence to suspect a primary adrenal pathology, our case reinforces the importance of thorough radiologic workup, especially 18 F-FDG PET/CT, in the evaluation of occult lymphomas. In addition, we also emphasize the role of morphological evaluation combined with immunophenotyping for definite diagnosis in lymphomas. Combined occurrence of Bernard-Soulier syndrome and prekallikrein deficiency TO THE EDITOR: Bernard-Soulier Syndrome (BSS) and prekallikrein (PK) deficiency are two rare genetic disorders with autosomal recessive transmission patterns, and the combined occurrence of these two disorders is rare [1, 2] . In BSS, abnormalities are caused by glycoprotein (GP) Ib/IX/V complex defects, which constitute the Von Willebrand factor (VWF) receptor on the platelet surface [1, 3, 4] . This condition is clinically characterized by thrombocytopenia and prolonged bleeding time (BT) [5] . Common symptoms include easy bruising and gum and nose bleeding episodes [6] . Coagulation factor XII (FXII), PK, and high-molecular weight kininogen (HMWK) are the three important plasma proteins of the kallikrein-kinin system. Deficiencies in any of these factors are rare and diagnosed when the results of routine coagulation tests show a prolonged activated partial thromboplastin time (aPTT) [2] . Most cases of PK deficiency are asymptomatic. However, there had been a few reports on the association between severe PK deficiency and thrombotic phenomena and recurrent pregnancy losses [7] .
In this report, we describe the first combined occurrence of BSS and PK deficiency in a 3-year-old girl who presented with recurring epistaxis.
A 3-year-old girl, who was born out of consanguineous marriage through caesarean section with a birth weight of 2,650 g and gestational age of 38 weeks, was admitted to our hospital with a history of recurrent nose bleeding and body bruising within a one-year duration. She was hospitalized numerous times due to similar complaints. No significant history of trauma, jaundice, fever, or previous blood transfusions was recorded. The mother had a history of anemia and thrombocytopenia during pregnancy with a platelet count of 90,000/μL and did not have any known disease before pregnancy. In addition, she had no history of medication use. Her past medical history was negative for any thromboembolic phenomena. No family history of similar illness was obtained.
The results of the patient's ENT (ear, nose, and throat) examination were not significant. She had active nose bleeding, and petechiae, purpura, and ecchymosis were observed in the limbs. Her systemic examination was essentially normal with no organomegaly.
Blood test results revealed a hemoglobin level of 12.2 g/dL and white blood cell count of 5,600/μL, with normal differential counts. Her platelet count was 37×10
